There are two forms of this congenital defect, one appearing as a bulla or a raw surface while the other is entirely membranous or cicatricial. There are other points of difference between the two forms which may best be appreciated by taking an example of each and describing it in detail. Whether these forms are separate entities or merely varieties of the same affection is a question which calls for subsequent consideration.
An example of the bullous or raw form is present in a deadborn, full-time male foetus the subject of complete posterior rachischisis. Though well-nourished the fcetus is of less than average size. It has no peculiarities in its limbs. The head is Well-formed and thickly covered with dark hair. The neck is undeveloped so that the shoulders are high as is always found in congenital brevicollis26 where the cervical vertebrae show want of differentiation and more or less of the cervical spine a lack of development. In consequence of the brevicollis in this foetus the base of the heart appeared to lie just under t le level of the pharynx. The thoracic contents, however, are not abnormal.
Where the hair of the scalp makes a whorl at the obelion there is a bald circular deficiency (Plate I.) in the skin measuring 12 2 C measures 1-5 mm. in breadth and is well-defined both from the scalp and from the rest of the area which is of a purplish colour and covered with a thin translucent membrane so loose as to suggest it has been raised by some serous effusion to form a somewhat relaxed bulla.
On a level with the anterior extremity of the white margin of this circular area, and 4 mm. to the right, is a similar but smaller circular vesicle also devoid of hair.
It measures 4 mm.
in diameter and has, like the larger area, a margin of white epithelium around the membrane, but it is less distinct and definite.
In both the areas hair grows from the white epithelial ring but not from the membrane which it encircles. At 20 mm.
behind the posterior margin of the larger circular area the posterior fonticulus can be felt on palpation and the posterior borders of the parietal bones can be distinguished. Neither deficiency of the scalp therefore corresponds to the posterior fonticulus.
Across the fonticulus the hairy scalp ends in a crescentic margin, apparently corresponding to the lambdoid suture, and distally is replaced by a brownish membrane, tightly stretched over part of the posterior fonticulus and the supra-inial portion of the occipital squama. This bald brown area measures 15 mm. sagittally and 40 mm. in its maximum horizontal diameter. The bone underlying it ends in a smooth margin, caudad to which there projects an elliptical prominence composed evidently of the cerebellum covered by a dark membrane which is in turn continuous with a posterior rachischisis extending throughout the whole length of the spinal column to the sacrum. In the dorsal deficiency the skin of the back is replaced by a rawlooking surface covered with a translucent membrane. (Fig. 2) Congenital deficiencies in the hairiness of the scalp are often associated with an acrodysplasia and often with congenital deformities of the face. When such deficiencies occur laterally in either anterior temporal region, the skin may retain its normal appearance, but when they occur around the obelion which is a common site, the skin is abnormal in appearance and doubtless lacks hair follicles. When, however, as in the case reported by Gruss20 (the original paper I have been unable to consult), the skin is membranous, there must be more than mere lack of hair follicles; the sebaceous and sweat glands will also be absent and the rete mucosum will be deficient in depth and the stratum corneum abortive. My conclusion is that both the ulcerative and membranous forms of this affection of the hairy scalp are more likely to arise from an arrest of development than from amniotic adhesions in the foetus.
